tion between the two entities may be artificial. Smyth and Edwards15 have presented this argument, citing the presence of a localized ridge of medial tissue projecting into the aortic lumen in classic coarctation and in several cases of pseudocoarctation which they examined. However, surgical and pathologic material from other cases has not confirmed the universal presence of such a ridge in pseudo~oarctation.~0 Dungan et all4 reported the absence of any intraluminal obstructing lesion in several cases of pseudocoarctation in which pressure gradients were identified. The gradient is presumably due to the kinking of the aorta; amelioration of pressure gradients after surgical relief of the kinking has been reported.lS.l6
Pseudocoarctation appears to be a congenital, rather than an acquired anomaly. Its appearance in infants15 and its association with other forms of congenital heart disease strengthen this conclusion. Souders and associates? in their original description, suggested that traction on the aorta by an abnormally short ductus might be the cause of pseudocoarctation. Pattinson and Grainger17 postulated that failure of normal embryologic compression of the third to seventh segments results in pseudocoarctation. Lavin et all2 proposed that failure of the distal right acutic arch to atrophy and its subsequent incorporation into the distal left arch might be the embryologic basis of pseudocoarctation.
The unusually cephalad course of the aortic arch, extending both to the left and right of the sternum, suggests that the third, rather than the fourth embry* logic arch may have persisted in this patient. The coincidence of this finding, together with the rnid-arch coarctation and the pseudocoarctation itself, supports the contention that pseudocoarctation represents a congenital anomaly. It is possible that the tortuosity and dilatation of the aorta distal to the coarctation might merely represent post-stenotic dilatation. However, this degree of post-stenotic change is rarely observed in midarch coarctation. The relationship between coarctation and pseudocoarctation remains conjectural. ease has been questioned,,-4 a number of studies have confirmed it."ll Interstitial pneumonitis complicating rheumatoid disease varies from mild pulmonary involvement associated with little functional abnormality and a stable or slowly progressive clinical course,12-l4 to a fulminant disease which rapidly causes severe hypoxemia, cor pulmonale, and death.1*6*12-14 Treatment of these critically ill patients has been disappointing. Corticosteroids do not s i w c a n t l y alter the course of the disease.'*6~1* Lorberl6 reported three patients in whom penicillamine may have been beneficial, but this observation has not been confirmed. Recently, azathioprineleJ7 and cyclophosphamide17 have been used in the treatment of progressive rheumatoid joint disease. We report a patient with rheumatoid arthritis and fulrninant interstitial pulmonary fibrosis in whom a remission of the lung disease coincided with the institution of azathioprine therapy. 
acidosis indicated by the response to oxygen iuhalatioazO
Lung tissue from open biopsy revealed thickening of the alveolar septa with fibrous tissue progressing to gross fibrosis with loss of tissue architecture. Tenninal air spaces were dilated ( Fig 2 ) . All cultures of lung tissue were negative.
Dwkg the next two weeks, the patient's respiratory status worsened; the PaO, remained about 32 mm Hg despite supplemental 0 2 . Since there was no response to other therapeutic modalities, including antibiotics, intravenous diuretics, high dose corticosteroids, azathioprine was instituted at a dose of 100 mg per day. After one week, the patient was improved. Since her illness had not responded to any other therapy, and her inexorably downhill course made a spontaneow remission unlikely, this improvement was considered to result from the azathioprine. She was disoharged four weeks later with a VC of 1170 ml (an increase of 210 ml (23 percent over the pretreatment value) and a Pa02 of 58 mm Hg on room air.
During the following five years, the patient's lung function progressively improved while ~~~t h i o p r i n e was continued and prednisone tapered ( Fig 3) . Roentgenograms of the chest after hKO and one half years of therapy showed an increase in lung volume and moderate clearing of the interstitial infiltrates. The VC was 1870 ml (twice its initial value), the M W had increased to 83 L/min (95 percent of predicted), and the single breath CO diffusing capacity (DLCOBB) was 9.02 mVmm Hg/min (55 percent predicted) ( Table 1) . On breathing room air, PaOa was 80 mm Hg and 41 mm Hg after one minute of exercise. Despite continued pulmonary improvement, the patient's ardvitis progressed She developed ulnar deviation of the hands, active synovitis of the elbows, knees, and feet, and rheumatoid nodules. Demhralization and joint space narrowing were seen on x-ray examination of the hands. In February, 1974, four weeks after an emergency cholecystectomy, the patient was readmitted with a presumptive diagnosis d pulmonary embolism. Since then, on anticaguhnt therapy as well as azathioprine, she has felt well despite her progressively disabling arthritis.
The diagnosis of rheumatoid arthritis in this patient was established by progressive symmetrical polyarthritis, joint space narrowing, ulnar deviation, rheumatoid nodules and high titer rheumatoid factor. Interstitial pneumonitis with fibrosis was documented by roentgenography, pulmonary function tests and open lung biopsy. Although there had been no response to antibiotics, diuretics or high dose corticosteroids, the patient's pulmonary function, blood gas levels and clinical course improved within a week after initiation of azathioprine therapy. This improvement has continued for five years, demonstrating improved quality of life and progressive increase in vital capacity and oxygen tension.
Spontaneous remission of rapidly progressive pulmonary interstitial fibrosis in rheumatoid disease, while reported,ls~l4 is contrary to most experien~e.~J~ Azathioprine appeared to reverse this patient's pulmonary disease at the same time that the joint disease progressed. Although the etiology of rheumatoid arthritis is unknown, it is believed that joint and lung impairment are mediated by similar immune mechanisms. The disparity in Table I clinical response between the joint and pulmonary lesions in this patient suggests that they may not be mediated by the same pathways.
